Pulmonary hypertension in Down's syndrome is usually attributable to intrinsic cardiac defects. It can also be caused by chronic upper airways obstruction1 and we believe this is under-recognized. We describe such a case.
Down's syndrome was diagnosed clinically and confirmed by karyotyping. He had no signs of cardiac disease and an echocardiogram was normal. An incomplete cleft lip and complete cleft palate were repaired at 6 months and at 2 years, respectively. He was referred for ear, nose and throat (ENT) monitoring because he had several risk factors for deafness-Down's syndrome, cleft palate and family history of deafness in two uncles and a grandfather. Growth was slow despite adequate caloric intake. Clinical signs of pulmonary hypertension developed by age 5 months. The electrocardiogram (ECG) showed severe right ventricular hypertrophy and on echocardiography no structural abnormality was seen. At 16 months he had mycoplasma pneumonia, and chest radiography showed a Morgagni diaphragmatic hernia which was subsequently surgically repaired. At ENT review he was felt not to have a significant upper airways problem. He received overnight oxygen in the hope of slowing progression of his pulmonary hypertension. At 18 months overnight saturations were 83% in air and 93-97% on oxygen 2 L/min. Overnight saturation monitoring at 23 months showed he had periods of desaturation down to 66-70% on 2 L/min oxygen. At 23 months he had a chest deformity and overnight he slept upright and snored with inspiratory stridor and respiratory pauses; he was very restless and woke frequently. At 3 years 'Birmingham Children's Hospital, Ladywood Middleway, Birmingham B16 8ET; 2Department of Paediatrics, Birmingham Heartlands Hospital, Bordesley Green East, Birmingham B9 5ST, UK Correspondence to: Dr T I Ayeni, Paediatnc Department, City Hospital NHS Trust, Birmingham B18 7QH, UK and 3 months his mother described episodes of obstructive sleep apnoea and urgent ENT appointment was arranged. The day after the review he developed acute severe airways obstruction tachycardic, tachypnoeic, sweaty, cyanosed and agitated. He had suprasternal recession and stridulous breathing.
On examination he was distressed, hypoxic and orthopnoeic. He had coryza and tonsillar hypertrophy with obvious upper airway narrowing. He underwent emergency tonsillectomy and was discharged home after a few days. However, he returned to hospital six days later with signs of acute upper airway obstruction. Insertion of a nasopharyngeal airway was helpful but some obstruction persisted, initially attributed to post-tonsillectomy swelling. A sleep study, performed five weeks later, showed baseline desaturation while he was awake and asleep, with pulse oximetry oxygen saturations of 85-89% in oxygen ( Figure 1 ). There were frequent episodes of apnoea during sleep with further deeper desaturations.
Tracheostomy was considered, though all involved in the child's care were wary about such an invasive procedure. After discussion of the options, between professionals and family, a decision was eventually made to proceed. He underwent tracheostomy, at which time examination of the larynx revealed no evidence of tongue base hypertrophy. His postoperative recovery was slow but uneventful. Parents and teaching staff were taught tracheostomy management and he has returned to his school for children with severe learning difficulties. Speech, growth and appetite have improved. In the 6 months after tracheostomy he grew 8 cm. There is clear symptomatic improvement with resolution of sleep apnoea, nocturnal desaturations and other features of upper airways obstruction. Saturations are 93% in air when awake, and 95-100% in 1.0-1.5 L/min oxygen while asleep. The clinical signs of pulmonary hypertension remain, with persistent evidence of right ventricular hypertrophy on the ECG and diastolic pulmonary artery pressure 40-50 mmHg on ultrasonography. Further evaluation will reveal whether the pulmonary hypertension is resolving or not. Quality of life has improved for the entire family. COMMENT Probably, this child's airways obstruction was not recognized sufficiently early to prevent complications; alternatively, it may not have been thought severe enough to cause that degree of pulmonary hypertension. Facial nerve palsy is both cosmetically distressing and functionally disabling. The commonest aetiology is idiopathic Bell's palsy. Facial paralysis in a multiple trauma setting is uncommon. We report such a case.
CASE HISTORY
A 23-year-old woman was airlifted to London 10 days after a major road traffic accident in Barbados. She was unconscious for the first 6 hours after the accident. Her main injury was a compound fracture of the right tibia which was debrided and fixed with an external fixator on 
